SUMMARY The electron microscopic appearances of the corneoscleral and iris tissue removed at operation from a child with Hurler disease and glaucoma showed distinctive swollen cells with intracellular inclusions similar to those which are observed in other tissues in these patients and which are due to abnormal lysosomal storage of mucopolysaccharides. Some recent observations on the possible relationship between mucopolysaccharides and the drainage of fluid from the anterior chamber are briefly reviewed and correlated with the present observations. The development of glaucoma in this patient is thought to be associated with the presence of the mucopolysaccharidecontaining cells in the region of the aqueous drainage channels.
The mucopolysaccharidoses are a subgroup of the lysosomal storage diseases as defined by Hers' in which the inherited deficiency of a specific exoglycosidase prevents the normal lysosomal degradation of the glycosaminoglycans (mucopolysaccharides), which therefore accumulate in lysosomes and produce characteristic morphological changes. The urine also contains excessive amounts of glycosaminoglycans. Table 1 lists the mucopolysaccharidoses with their specific enzyme deficiencies, excreted glycosaminoglycans, pattern of inheritance, and the tissue systems which are mainly affected in the individual disorders. Leroy 
Results

CORNEOSCLERAL JUNCTION
The tissue from the corneoscleral junction consisted of dense bundles of collagen fibres with cells (presumed to be fibroblasts) lying between the bundles. The 1 ltm toluidine blue sections showed these cells to have considerably swollen and foamy cytoplasm (Fig. 2) . The ultrathin sections from these areas showed that the cytoplasm of nearly every cell contained numerous membrane-bound vesicles which either appeared completely clear or contained faint floccular staining and occasional membranes (Fig. 3) .
IRIS
Similar membrane-bound inclusions were found in the cells in the sections from the iris. The highly pigmented cells with numerous melanosomes in general did not show these inclusions, but they were very prominent in the underlying stromal cells (Fig. 4) . Similar inclusions were not seen in the corresponding cells in the control iris tissue (Fig. 5) .
CONJUNCTIVA AND TENON S CAPSULE
Similar cellular inclusions were found in the cells lying between the collagen bundles in this tissue. The electron microscopic appearances of the cells in the corneoscleral junction, the iris, and conjunctiva from this patient are similar to those described in other tissues in the disease7 and observed by us in the sebaceous glands of skin biopsy from this patient (Fig. 6) with biochemically proved Sche-e disease (mucopolysaccharidosis IS) who developed acute glaucoma. Like ourselves, these workers could not identify any trabecular wreshwork in the tissue which was removed surgically, though Descemet's membrane was seen in one specimen. Histochemical staining (colloidal iron and Alcian blue) showed extracellular acidic mucopolysaccharide deposits which were resistant to hyaluronidase. The drainage of fluid from the anterior chamber of the eye is also thought to depend on the formation of temporary vacuoles in, or vacuolar channels across, the endothelial lining of the outflow apparatus.'417 If the cytoplasm of these endothelial cells is disrupted by stored mucopolysaccharide in the same way as the connective tissue cells which we have demonstrated, it is likely that this function will be impaired. This is another possible mechanism by which the abnormally stored mucopolysaccharides could interfere with aqueous drainage and cause glaucoma.
